Introduction
Congenital chloride diarrhoea (CCD) is a rare genetic disorder of chloride transport in the distal ileum and colon. The cardinal features of clinical presentation include abdominal distension, watery diarrhoea with a high faecal chloride level, and maternal polyhydramnios. It is prevalent worldwide but most cases have been reported from Finland, 1 Saudi Arabia, 2 and Kuwait. 3 In this report we present 14 new cases of CCD from Kuwait seen over a 4-year period. Our aim was to reassess the incidence of this disease and to evaluate the role of antenatal diagnosis. We also discuss difficulties encountered in management and possible further research in this
Patients
Over the 4-year period from January 1993 to January 1997, 14 cases of congenital chloride diarrhoea were diagnosed in two regional hospitals in Kuwait (Farwania and Adan hospitals). These are the only referral hospitals, serving a population of about 735 600, which is 44 per cent of the total population of Kuwait. 4 During this study period there were 44 834 live births. All patients satisfied the following criteria for inclusion into the study: maternal polyhydramnios, abdominal distension, watery diarrhoea, and a high faecal chloride level (>9Ommol/l) in the early neonatal period with a later onset of hypochloraemia, hypokalaemia, and metabolic alkalosis (Table I) . After diagnosis all patients received appropriate therapy to normalize serum electrolytes and to optimize their growth. All patients were requested to come for follow-up regularly. Table 2 shows the demographic and clinical data of our patients. The number of males and females were equal. All patients were born prematurely with a mean gestational age of 32.5 weeks (range 32-37 weeks). In 11 mothers, antenatal ultrasound examination showed dilated fetal intestinal loops, suggesting intestinal obstruction (Fig. I) . Because of this finding two patients underwent laparotomy in the immediate postnatal period for suspected intestinal obstruction. Nine patients (64 per cent) were bom to first cousin parents; of these two were siblings (cases 1 and 5). Another two patients (cases 4 and 9) had an affected sibling (previously reported by Lubani el a/." 1 ). With the exception of one case, all were diagnosed before their first birthday. Four (29 per cent) were diagnosed in the first few days of life. In those presenting beyond the neonatal period, chronic diarrhoea, poor weight gain, and hypochloraemia, hypokalaemia, and metabolic alkalosis were the most common features. Parents of case 10, who presented at the age of 3 years, had not recognized increased bowel motions as abnormal and only sought medical attention because of poor somatic growth. In addition to CCD, two of our patients had further problems. Case 11 had pure red cell aplasia and case 12 had mesangioproliferative glomerulonephritis. The average duration of follow-up was 18 months (range 2-36 months). Most parents, after an initial period of regular follow-up, showed poor compliance with therapy and attendance.
Results

Discussion
The incidence of CCD in our series was 1:320O, which is higher than that previously reported from Kuwait (MSOOO) ' 1 but similar to that reported from neighbouring Saudi Arabia (1:550O). Finland, where the disease is also prevalent, has an incidence of 1:43000.' The reason for the high incidence of this inherited disease in Kuwait is due to the high rate of consanguineous marriages (54.3 per cent). 3 All our patients were Kuwaiti with the exception of a Syrian girl (case 11) who was born in Kuwait. To the best of our knowledge this Syrian girl is the first case to be reported from an Arab country not belonging to the Arabian Peninsula. In spite of the classical features of this disease in the neonatal period, about 75 per cent of our cases were diagnosed beyond this period and all demonstrated poor weight gain, chronic diarrhoea, and hypochloraemia, hypokalaemia, and metabolic alkalosis. However, in the last two years of this study more cases were diagnosed early, due to increased awareness among paediatricians and obstetricians. The practice of ultrasound examination for pregnant women with polyhydramnios and, particularly, for those with previously affected siblings led to early identification of new cases among our population recently. The antenatal ultrasonic examination showed dilated intestinal loops. Recently, by using French Inserum U73, intestinal enzyme levels in amniotic fluid were studied to differentiate between intestinal obstruction and CCD. 6 These findings, together with postnatal abdominal distension and report of absence of passage of meconium (watery yellow stool is mistaken for urine), may erroneously suggest intestinal obstruction. The absence of characteristic serum electrolyte abnormalities in the neonatal period adds to the confusion and to further delay in the diagnosis. Management of these children was not easy.
The administration of salty electrolyte solution several times per day was often resisted by these children, especially when they grew older. The problem is made worse by poor compliance with therapy that parents considered ineffective in view of refractoriness of the diarrhoea. Regular attendance for follow-up visits was also poor. All these factors contributed to the poor growth attainment observed in these patients. In two patients the association of serious medical conditions, namely pure red cell aplasia (case 11) and mesangioglomerulosclerosis (case 12), further compromised their growth. Indomethacin, a prostaglandin synthetase inhibitor, was tried in one infant (case 4) and was ineffective.
In conclusion, our data show that CCD is becoming more prevalent in Kuwait. The reason for this is not clear as yet but may be explained by the increased awareness of the condition. Babies suffering from this condition in previous years may have died without a diagnosis. Recently, with the help of antenatal ultrasound examination, more cases are diagnosed in the neonatal period. The current therapy is not completely successful and is only partially acceptable by our local population.
Recently the CCD gene was assigned to chromosome seven, in eight Finnish families, and further research narrowed the CCD region to between D7 S496 and D7 S692, very close to D7 S496. 7 Knowing the CCD gene location may enable antenatal diagnosis to be made in 
